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IMUAEPMOJIU3 0YJIJIe3HBIN BPOKICHHbIN

(PCHOTUNHNYECKHM M T'E€HETHMYECKH TIe€TECpPOreHHas TIpyIna
I€HOJIEPMATO30B, OCHOBHBIM KJIMHHUYECKUM MPOSBICHUEM
KOTOPBIX  SIBISIFOTCA  ITy3bIPM, BO3HHUKAIOIIHAE IIOCIIEC
HE3HAYNUTEIIBHOIO MEXaHWYECKOIO BO3JICMCTBUS HA KOXE U
CIM3UCTBIX  OOOJIOYKAX  BCJICACTBUE  T'€HETHYECKU
OOYCJIOBIICHHBIX JE€(MEKTOB CTPYKTYPHBIX OCJIKOB KOXKH,
00€CeYNBAKOIIUX MHTPAHUACPMAJIbHBIC UJIN
ASPMOIIIUACpMaJIbHBIEC CBS3HU.



Knaccudurkanus 0y/s1e3HOro 3nuaeopMosin3a

YpoBeHb
OcHoOBHbIle OcHOBHbIle OcHOBHble
o6pazoBaHMNA
TUNbI noaTunbl KJIMHNYeCKNe BapnaHTbl
ny3bipnA
CynpabazanbHblii HoynuHra — Meapul (rep-
MpocTtoin 6ynnes- | MNb3 U NeTnPOPMHbIA); TOKANN30-
HTPas3MNn-

HbI 3NMaepPMO-
nun3 (INb2)

bazanbHbi [1B3

AepmalibHbIA

BaHHbIN;
reHepaJiM3oBaHHbIN;
C NATHUCTON NUTMeHTaumnen

[TorpaHnYHbIN
OynnesHbIl

JlokannsoBaHHbI
Mob3

Ha ypoBHe
CBET/OW NNacThH-
K 6azanbHom
membpaHbl 3nu-

Xepnutua (paHee netanb-
HblA);
He-XepnuTtua (paHee reHe-

3NMae pmMosnn3 !
{I'Ioga)p [eHepanun3oBaH- S R pann3oBaHHbIV aTpoduye-
HbIil Mob3 (noaTun Iﬂ Pd CKIIA)
XepnuTua) ucida)
. . reHepasn3oBaHHbLIN, Nepu-
[Mon nnoTHON . !
Auctpodunue- HomunHaHTHbIN [1B3 A g deprnuecknin; npetndrnans-
. . nnacTuHKom 6a- N .
CKNIA Bynne3Hbii . HbIA; NPYPUTMHO3HDbIN;
3anbHoON membpa-
S3NNAePMOnn3 bl SAMAEDMMCA C MopakeHnem TONbKO HOor-
(AB3) PeueccuBHbin [163 Aep Ten;

(sublamina densa)

AEPMOJTN2 HOBOPOXKOEHHDBIX

KnHanep-cuH-
APOM

Ha pa3HbIX ypoB-
HAX aNuagepmMuca




I'eAERI, OOJEepralIIHecd My TAODHAM., OpH pazHEeEIX popmax BESD

. Ie:m
AdedexTEREIA DEeT0K i .
I'pvooma B> KOoODHP VIO
- (DeToK-MEIMeHE) -
De oK
INpocToilm B2
1. CympadazadesHEIR
a) JeTANLBHEIH aKaAHTOMHTHYeCKHH JeCrMOTIIIaKHH DS5P
b) orcyrcrBHe mnmakodmmEEa 1 Ilmaxodmms 1 PKP-1
c) IlopepXHOCTHBIH TaHHEIS OTCYVICTEYEOT -

2. bBazaneHBIH

a) JloKamH3IO0BAHHEIH KepaTHH 5, KepaTtHH 14 ERTS EERET14
b) T eponeTndopMHBIN HKepaTHH 5. KepaTHEH 14 KRTs5. KRET14
C) OPVIHE reHepAIHIOBRAHHEIC EepaTHH 5>, KepaTHH 14 EKRTS5 EERT14
d) ¢ maTHHECTOH MHIMEeHTALTHSH KepaTHH 5 KRTS
e) ¢ MBEIIIDedHOH mHcTpodHeH ILTEKTHH PLEC
f) ¢ arTpezHEed NMpHBpATHHEA TLITEETHEH. PLEC, ITTGAG,
at P4 maTerpee ITGB4
g) ayTOoCOMHO-peIecCHBHBIH KeparHaH 14 EKERETI14
h) Orgal(Ogna) ILTeKTHH PLLEC
1) EKONBUEeBHIOHBIH MHIPDHPYEOLITHE KepaTHH 5 KERETS
IMorpaaa9asia B2
1. OcTpEIH TeTAITEHEIHA JAMHHHE- 332 LADMNAS,
LANB3 LAMNC?2
2. T'eHepamdTHz0BaAHHBIA (Ee JlaramarHEAHE-3I3 2 LANAS,
OCTPOMPOTEKAR IITEE ) EomareHs 17 THIIA LAMB3,
LAMNMC?2,
COL17A1
3. JloramHz0BaHHEIH He-1 epraHTIIA EonareHs 17 THIa COL17AI1
4. C arpe3zHed OPHBPaATHHEA abp4 mETerpHAE ITGAG, ITGE4
5. HEBepCcHEIHR ITanMHEHEH 332 LADMNAS,

LAMB3 LAMC?2

6. C mozmaeii mammdecTarraed

AAHHEBEIE OTCY TCTEYWHIT

Aacrpodmaeckmia B2
Bce hopMBI KOIUTAreH 7 THIIA COLTAIL
Caagpoym Kesagaep KHHEITHH 1 KIND1




byJ/1e3HbIN ANMUAECPMOJIN3
(AnHUACpMaJIbHBIN )

— IIpocToii reHepaInM30BaAHHbIN 0y/LJ1e3HbII
ymuaepmosn3 Keonepa

— IIpocToii JTIoKaANM30BAHHBIA 0y IJ1€3HbIN
ynuaepmon3 Bedepa-KokkerHa

— ITpocToii Oy/i1e3HbIN IMUACPMOJIN3 ¢ MATHUCTHIMU
nurmeHranuamu I'eqae-/lansa-@umepa

—I'epnieTuopMHBIN OYyJIJI€3HBIA TTHUAEPMOJIN3
Jloynuara-Mepa

— ITpocroii Oy/1e3HbId dnuaepMoan3 Orua
— Cunapom Kauiena

— Cunapom bapra



byJ/1e3HbIN dTUAEPMOJIN3
(s aepMO-IepMalIbHEIN)

— 3J10Ka4YeCTBEHHbIN aTPpOoOPUIYeCKUH
reHEePAJTU30BAHHBINA 0YJUIE3HBIN AMUACPMOJIU3
XepaurTua

— J100poKaYeCTBEHHBIN IeHepaJIu30BaHHbIN
aTpopuyecKuil 0y JIe3HbIN AMUACPMOJIU3

— JIoKaJIM30BaHHBIN aTpo(PpUUeCKU 0yJLI1e3HbIN
IMUACPMOJIN3

— IIporpeccupyromuii 0yJiJ1e3HbII 3NUACPMOJIN3



byJ1e3HbIN YTUAECPMOJIN3
(mepMaJIbHBIM)

— PeneccuBHBIN JUCTPOPUUECKUN OY/ITIE3HBIN
AMUAEPMOIn3 Astono-CumMeHca

— JIOKaJIM30BaHbIN pelecCUBHbIN 0yJ1JIe3HbIN
MUAECPMOJIH3

— UHBePTHBLIN penecCCUBHBLIA TUCTPOPUIECKUN
OyJu1e3nbin dnmaepmosin3 I'eqne-lans

— JOMMHAHTHBIA JUCTPOPUUYECKU OY/Ie3HbIN
ynuaepmoin3 Kokkerina-TypeHa



BbynnesHbin 3NMaepMosnns
(aepmanbHbIN)

— lNunepmiiacTudeckuii TUCTPOPUUECKUM 0yJII1e3HbIN
snuaepmosns lazuuan

— IIpeTuOuanbHbIN OYyJ/JIE3HBIN ANMUAECPMOJIN3
Kymke-Ilopryraiasb

— Cunapom Kunasepa

— IIATHUCTHIA THII TUCTPOPUIECKOTO OYJLIIe3HOT0
anuaepmoanza Menaeca 1a Kocrol

— Bererupywoummii 0yJju1e3HbIH MTMAEPMOJIN3



INUAEePMOJIN3 0yJIJIe3HbIA BPOKIEHHBIN MPOCTOH
(epidermolysis bullosa congenita simplex)

— IPU KOTOPOM C BO3PACTOM Ha y4YacCTKaxX KOXKH, IMOJBEPrarOIIuXCs
CIABIMBAHUIO MM TPEHMUIO (Yallle Ha KOHEYHOCTSX), O00pa3yroTcs
BSUIbIC BHYTPHUAIHMJECPMAaJIbHbIC ITy3bIpH, MCYe3aroliue OeCCIeIHO
7M1 BPEMEHHO OCTAaBJISIIOLLIHE nocJie cels oyaru
TUIIEpPIUTMEHTAIuN

— OoJiee paHHUE NPOSBICHUS (IIPU POKACHUU PEOCHKA UJIU B IIEPBbIC

MECSIbl JKHU3HM) HAOIIOJAIOTCI MOpPU TI'€HEpaIM30BaHHOM (popMe
KebHepa, B MecTax TpaBMaTu3aldM — IIy3bIpU 3HAYUTEIIbHBIX
pa3MEpPoOB, C IUIOTHOM IIOKPBIMIKOM. KMeer TeHIEHIHI0 K
M3JICYCHUIO WJIM YJIYUIICHUIO K IIEPUOY ITOJIOBOI0 CO3PEBAHUSA



INMUAEPMOJIU3 0yJLIIe3HbIN

BPOXKICHHBIN JICTHUH
cunapom Bebdepa- Kokkeitna

— aboptuBHas ¢(opma MPOCTOro JIIUACPMOJIM3A, IIPH KOTOPOM
IJIOTHBIC ITy3bIPM BO3HUKAIOT HA KOXKE€ KHUCTEH M CTOI, 4Yallle
MOJOIIB, B JKAapKyH IIOrOoJy IIPU BBIPAXCHHOM JIaJIOHHO-
MOAOIIBEHHOM JHUCTUAPO3E, MOSABIIsIETCS ¢ aeTcTBa (mocie 1 roga)
WJIW TT03Ke

— cuMnToM HHUKOJIBCKOrO OTpHUIIATEbHbINM, NPOBOIMPYIOIIYIO POJIb
UIpaeT HOILICHUE TECHOM 00yBHU



SMUJTEPMOJIN3 BYJVIE3HBINU
BPOXJIEHHBIH TUCTPO®PUUYECKHUU

IMUAEPMOIU3 Asiiono-CumMeHca

— HAYMHAETCS y>KE MIPU POKICHUN PEOEHKA HIIM BCKOPE MOCIIE HETO

— HA MeCTe IMy3bIpeld, 00pa3yloTcs 3PO3UBHO-SI3BEHHBIE MOBEPXHOCTH,
3KUBAOIIME pyOIllaMH, KOTOPbIE MOTYT OIpaHUYMBATh MOABUKHOCTH CYCTaBOB,
00€300pakuBaTh, MPUBOAUTH K TSHKEIBIM YPOACTBAM

— COIPOBOXKIACTCS JUCTPOPUICCKIUMHU M3MECHEHHSIMHU BOJIOC, HOTTEH (BILIOTH JI0
OTTOP)KCHHS), 3yOOB, BHYTPEHHUX OpraHoB (pyOIIOBBIC M3MEHEHHUS IHIIEBOAA,
Tpaxeu, KUIIOK)

— BO3MOXKHBI 3pO3UM B 00JAacCTH IIOJIOCTHM PTa, IMOJIOBBIX OPraHoOB, aHyca, Ha
POTOBHUIIE

— IIPOABJIACTCA IICUXWYECCKOH OTCTAJIOCTBIO, HH(baHTI/IJII/IBMOM



SMUJAEPMOJIN3 BYJJIE3HBIM BPOXJIEHHBIN
MNPOCTOMU TEPIIETU®OPHbIN

annpaepmonus floynmHra-Mepa

— penKas aTunyu4dHas (popma, Ipu K-por BO3MOKHO

MOSIBJIECHUE KAK B PaHHEM JETCKOM BO3pacTe, TaK U IIO3KE Ha
KOXKE€ T'PYAU, KUCTEU U CTOIN MEJIKUX ITy3bIPpENM C TEHIECHIIUEU K
reprneTu(OpMHON TIPYNIUPOBKE, OCTABISIOIIME IOCiae cels
IMUTMEHTUPOBAHHBIE TSITHA

— pyO1IOBBIE M aTPOPUUECKUE SIBIICHUS OTCYTCTBYIOT



SMUIEPMOJIN3 BYJUIE3HBIN
BPOXXIEHHBIU JIETAJIBHBINU

XepiauTua dMuAepMoJIu3

— NOTPAHUYHBIN 3MUACPMOIIN3, IPU KOTOPOM Y HOBOPOKIAEHHOIO
MOSIBJISIIOTCSL  OOIIMPHBIE  yYAaCTKM  OTCIIOMKH — DIHJACPMHUCA
PEUMYILECTBEHHO B 00JIaCTH JIUCTAIBHBIX OTJICJIOB KOHEUHOCTEH,
a TAKXKE IMYy3bIPA HACIU3UCTBIX O0O0JIOUKAX pTa, TOPTAaHH, TPAXEH,
OpOHXHOJI, )KETYHBIX IIPOTOKOB, C 00Pa30BaHUEM MHOXKECTBEHHBIX
1 OOLIMPHBIX 3PO3UH U YUACTKOB aTpoduu

— 3aKaHYMBACTCS THOENIbI0 peOEHKA B IEPBBIC YaChl U JHH, PEAKO
MECSIIbI JXKU3HU OT CENTHUYECKUX OCJIOKHEHUN U TIHKEIOU
TOPHUIHON aHEMUU



[[e1m feseqng
- ETDECC IY3BIDHELX H 3DO3HBHO-E3BCHERIX BHICHITARHLY
- [OqETAKTHEA BOSEEEOBEEEN HOBHLX BCHIAREE

—

= YCIDAHCHHC K YMCHBOCHHC BHIJARCHHOCTH CHMITOMOE HCROAR

TIDORBTEHAE 3300TEB3HAL,
- TIOBHIMIERAE K3NECTRA HIRH DOMRHER.




(O0mme 3aMeqAHAA 00 TePANHE

JTHOMATOTEHETHYECKOH TepalliH b3 He CYmeCTBYET. Tepamid OOTBHEIX

BB sxmowaer [§-10]

- VX0J1 34 TI0PAKERHOH H HETIOPAKERHOH KOKEH,

- JIEKADCTBEHAYIO TeDAITHIO NODAKEHHH KOXH H CTHIHCTELX 0000YEE,

- J1E9eHHE OCTORHEHHIT 3a00TERAHNA (JHEMHH, TCERTOCHHAKTHTAN, KapHECa H
ATEHTHH, CTDHKTYD [MHIEBOTA, OCTEOMODOA H JIp) CHCUHMATHCTAME
COOTBTCTBVWONETO  NpOQHNA (TEPANCBTOM,  TEMATOTOTOM,
TACTPOIRTEDONOTOM, XHDYDTOM, CTOMATONOTOM).



JAnddepeHuMaIbHbIN IUATHO3

HacnepctBeHHble Uy BpoXKAeHHbIe  PNUAepMOIMTUYECKUNA TMNepKepaTos (BpoXKaeHHan bynnesHasn
3aboneBaHun MXTUO30¢pOpPMHan s3puTpoaepmus)

BynnesHblit XTMO3 Siemens

TOKCMYECKUIA aNuaepmMasbHbliA HEKPONU3

BpokaeHHaa NnaXMoHUXUA

BpoxxaeHHaa noppupua

DHTEepOonaTUYECKUii akpoaepmaTuT

Hepep:kaHune nurmeHTa ( cuHapom bnoxa- Cynbubeprepa)
DKTOAEepManbHaa agucnaasumsa

CuHapom Xaa-Yannca

BpoXkaeHHaA annasmna KoOXu

BpoXXAeHHbI 3p03UBHbINA AepMaTo3

MpuobpeTteHHble 3a6oneBaHuA y3bipHble aymomMMyHHble 3a60s1e8aHusA
B3 npuobpeteHHbI
IgA- "MMUTHbBIN aepmaTos
BynnesHbiit nemdpurong,
Pybuyowmnia nemourong,
HeoHaTanbHbIN rectareHHbI repnec
My3bipyaTKa UCTUHHAA
HgpeKyuoHHble 3abonesaHusn
MpocTou repnec
bynne3sHoe nmneTturo
bone3sHb PUttepa
pyaue 3a60n1e6aHUA U COCMOAHUA
bynnesHasa popma macTtoumtosa
paBmaTuuyeckue nysbipu




IlaTroreHeTu4yeckas Tepanus :

B KO2Ke 00JIbHBIX IPH pPelleCCHBHOM ANCTPO(PHUYECKOM
OyJJIe3HOM 3MUJAEPMOJIM3€e BHIPA0AThIBAECTCH U30BITOYHOE
KOJIMYECTBO CTPYKTYPHO M3MEHEHHOM KOJLJIareHa3bl

MATOreHeTHYECKHU 000CHOBAHO NMPUMMEHEHHUE Npenaparos,
UHIMOUPYIOLIUX €€ BbIPA0OTKY WM AKTUBHOCTD:

- tu(peHUuH (PeHUTOUH)
- IPUTPOMULINH

- TOKO(epoJa anerar (BUTaMuH E) B 103aX, npeBbIIIAOIIUX
1500 mr B cyTKH, AeTaM HazHayawT 1/2 — 1/3 310l 103bI

Kypc jgeuenus cocrasiaser 1,5 - 2 mec.,
O0OBIYHO MPOBOAT 2 - 3 Kypca B Ioj



B KOMILJICKCHOM Tepanuu He00X0AMMO HAa3HAYCHUE
NOJUBUTAMUHHBIX IpPenaparoB W MNpenaparoB, CoOAepPKAIAX
MHKPO3JIEMEHTbI

IIpu nmopaxeHuu CJAUBUCTON 000I0YKH IMOJOCTH PTA MOCJE KAXKI0I0
NnpyueMa NMUIIM PEKOMEHIYETCH MOJOCKATh POT OTBApaMM POMAILKH,
maJudgesi, KajJeHAYJabl, 3Bepo00si, Ay00BOWl KOpPbl, KOpPHEBHUIA
3MeeBHKA

IlocJsie moJIOCKAHMSI XOPOIIO NMPUMEHATH 00JIEMUX0BOE MACJI0, Ma3b
C PETHHOJIA NMAJbBMHUTATOM, KAPOTOJIMH, COJIKOCEPII, COK KAJTAHX0E
B BH/i€ ANILIMKAIIUMA H Ap.

OcHOBHOE, IAJASIIUN YXO0/ 32 KOKEH U MOCTOSTHHOE HA3HAYECHHE HAPYKHBIX
JIe4eOHO-KOCMETHYECKHUX CPeACTB (IMOJIMEHTOB), Ma3eH ¢ PETUHOJIA
NaJbMHUTATOM, 5% MOUYEBHUHOI, a TAK K¢ MPUMEHEHUE PACTUTEJIbHBIX MaceJl
(KpoMe MOCOJTHEYHOTI0)



CHACKMBO 3A BHUMAHWE



